Embryology
 Most common cyanotic congenital heart disease (CHD) o 7 -10% of all CHD o Spectrum of severity  Normal development o The heart starts as a tube o Two sections of the tube, grow towards each other  During 5-6 th weeks of gestation  Truncus arteriosus (TA) and the bulbus cordis (BC)  TA twists 180° as it grows down towards the BC  Twisting separates the aorta and the pulmonary artery  Transition point also point of formation of semilunar valves o Bulbus cordis  Contains genetic material from cardiac neural crest cells  Contributes to significant proportion of TOF patients with syndromic or genetic conditions  Contributes to formation of  Truncal septum  Perimembranous ventricular septum  Abnormal development o Occurs in cono-truncal area of heart  Anterior deviation of the twisting results in abnormal truncal septation and ventricular septal formation found in tetralogy of Fallot (TOF) o Four distinct anatomic features include:
 Smaller right ventricular outflow tract (RVOT) and pulmonary valve (PV) (Number 1 in illustration below)  Impeded flow from right ventricle (RV)  Anterior malaligned ventricular septal defect (VSD) (Number 4 in illustration below)  Enlarged aortic root which overrides the VSD (Number 2 in illustration below)
 Right ventricular hypertrophy (RVH) develops as a result of the RV pumping against the small RVOT and PV (Number 3 in illustration below)  Mild cyanosis may become significant with spontaneous closure of PDA  Mild cyanosis from mild pulmonary outflow obstruction  Called "Pink tet"  May develop symptoms of pulmonary overcirculation with normal decrease in pulmonary vascular resistance  May protect pulmonary vascular from pulmonary hypertension  Even mild cyanosis will become more significant over time 
